Introduction
(normal <1720 ), and urea, creatinine, ALT, AST, GGT, bilirubin and electrolytes were within normal Adult Still's disease is a systemic disorder that is range. Urinalysis was normal and proteinuria was typically characterized by spiking fever, evanescent absent. Thoracic radiography and electrocardiogram rash and the involvement of various organs. There are were also normal and echography confirmed the no hallmark clinical or pathological findings and, splenomegaly. Blood, urine and stool cultures were therefore, the diagnosis is based on a set of criteria negative. Tuberculosis was ruled out by acid-fast after having ruled out any infection, malignancy or stained smears and culture. Serological evaluation for systemic disease [1] .
hepatitis B and C, Epstein-Barr virus, cytomegaloWe present a patient diagnosed with adult Still∞s virus, herpes simplex and varicella virus, Chlamydia, disease who developed thrombotic thrombocytopenic Mycoplasma pn., Rickettsia conorii, Coxiella burnetti, purpura. Although kidney involvement may appear in Toxoplasma, Borrelia and aglutination test for Brucella some Still∞s disease cases, thrombotic thrombocyto-were negative. Six days later, the patient was still penic purpura and adult Still∞s disease is very uncom-febrile with ALT 99, AST 99, LDH 943 u/l and ferritin mon, and to our knowledge, this is the first case with 7458 mg/l (normal<300). Laboratory evaluation for a diagnosis based on histopathological evidence [2] [3] [4] . systemic or malignant diseases were negative: antibodies to nuclear antigen, dsDNA, antiRNP, antiSM, AntiJO1, cardiolipine, c-and p-anca, cryoglobulins,
Case history
immunocomplexes, and tumor markers and complement levels were normal. A 31-year-old man was admitted to our hospital after The patient remained febrile for 2 weeks following 1 week of high fever accompanied by an evanescent admission and met all the Yamaguchi and all the rash, arthralgias, myalgias, sore throat and malaise. Regginatto criteria (see below) for classification of Examination on admission revealed a blood pressure adult Still∞s disease. Following treatment with aspirin of 120/70 mmHg, a temperature of 39.1°C, tachycar-(4 g/day) and prednisone, the patient became afebrile dia, macular non-pruritic eruption limited to the trunk, with mild clinical improvement. Four days later the and peri-orbital edema. Splenomegaly, but no lymph-patient remained afebrile, normotensive and was hemoadenopathy, was present. Four days after admission, dynamically stable and experienced cloudy vision with there was bilateral inflammation of the carpo-retinal swelling, exudates and papilledema. metacarpal joints and the right knee and myalgia was He developed severe non-oliguric renal failure, which more evident.
progressed to anuria. Biochemical values were: Cr Laboratory evaluation revealed: Hct 40%, Hb 247 mmol/l, BUN 32.7 mmol/l and electrolytes were 135 g/l, a white blood cell count ( WBC ) of 16.6×109/l within normal range. Urinalysis revealed 15-20 red (neutrophils 85%, lymphocytes 5.2%, monocytes 3%, cells and 10-15 leukocytes per high power field (witheosinophils 5.3%) platelets 240×109/l and a globular out eosinophils), frequent hyaline and granulous casts Hematologic data were: Hct 30%, Hb 6.0 mmol/l, WBC 11.3×109/l (neutrophils 87%, lymphocytes 9%, monocytes 2.6%, eosinophils 0.2%), platelets 26×109/l, PT 90%, APTT 26 s, fibrinogen 7.1 mmol/l, haptoglobin 19, LDH 3553 m/l, t. bilirubin 3.7 mg/dl and uric acid 952 mmol/l. Blood smear showed polychromatasia, frequent schistocytes (10 per field), nucleated red cells ( 2%), and increased reticulocytes (7.5%) and a direct Coomb's test was negative. A bone-marrow smear revealed hypercellularity of all three series ( M/E ratio 1.3/1 ) with an increase of megakaryocytes sizes and number, and macrophages with iron deposition. Parameters that indicate autoimmune processes remained negative
The association of microangiopathic hemolytic anemia, thrombocytopenia and severe renal failure lead us to the clinical diagnosis of thrombotic thrombocytopenic purpura. The patient was treated with daily exchange plasmapheresis (11 sessions), fresh frozen plasma infusions (2.5 liters), 1 mg/kg day prednisone and hemodialysis ( BUN was 48.3mmol/l and creatinine was 565 mmol/l ). After 11 plasmapheresis sessions, the platelet count reached 120×109/l and a percutaneous renal biopsy was performed. Microvascular thrombi in the glomerular capillaries and hilar arterioles and other typical features of thrombotic thrombocytopenic purpura were observed ( Fig. 1 ) . At 1 year after presentation, there has been no relapse and the patient continues to have normal renal function, although he does have visual impairment.
Discussion
Adult Still∞s disease is a systemic disease of unknown origin without any pathognomonic signs. Several reports with larger series of patients have proposed clinical criteria to classify this entity. Yamaguchi and the ASD Research Comittee studied 90 patients with adult Still∞s disease and proposed eight criteria, which include fever spike, arthralgia, typical rash and leukocytosis as major signs, and sore throat, lymphadenopathy and/or splenomegaly, liver dysfunction and the absence of rheumatoid factor and antinuclear antibody as minor criteria. Five criteria, including at least two major ones, after a strict exclusion process, yielded a diagnosis with 96.2% sensitivity and 92.1% specificity. High ferritin level was also suggested as minor criteria, (a) (b) (c) but this data was absent in many of the cases studied giving a probability of adult Still∞s disease near 100% by proliferation and edematous mucoid material leading to lumen [1 ] . This case also met the Reginato criteria for Still∞s occlusion. disease classification [5 ] .
Kidney involvement has been rarely reported in adult Still∞s disease and is mainly characterized by (DIC ) [2] . This case is the third report in the literature on thrombotic thrombocytopenic purpura with adult transient urinary sediment alterations or amyloidotic lesions after a prolonged course. A few reports attribute Still∞s disease. The first case reported had a fatal outcome, but surprisingly, normal glomeruli were ARF to mesangial glomerulonephritis, nephrotoxic drugs and disseminated intravascular coagulation observed on necropsy [4] . Two other cases with clinical
